Although the development of diabetes mellitus in patients with Friedreich's ataxia (FA) is well described (Hewer and Robinson, 1968; Podolsky and Sheremata, 1970) , the connection between the two diseases remains obscure. The diabetic state in FA may, early on, resemble that seen in ataxia telangiectasia, where carbohydrate intolerance is accompanied by marked hyperinsulinaemia (Joffe, Segal, and Keller, 1970; Schalch, McFarlin, and Barlow, 1970 In October 1971, she was readmitted to hospital after a short history of polyuria and polydypsia; there were no obvious precipitating factors. Urinalysis revealed heavy glycosuria and mild ketonuria.
A repeat glucose tolerance test, performed just before the institution of soluble insulin therapy, showed severe glucose intolerance accompanied, this time, by marked insulinopaenia (see Table) .
The patient has been maintained on daily insulin injections ever since, with gradually increasing requirements. At present she is receiving 50 (Thoren, 1962) .
Mechanisms for the initial hypersecretion of insulin are speculative. In view of the associated glucose intolerance, it is tempting to postulate that a situation of peripheral insulin resistance existed. However, none of the factors known to be associated with insulin antagonism (such as obesity, acromegaly, liver disease, or pregnancy) were present, nor was there any elevation of the basal insulin level-a characteristic feature of the disorder (Porte and Bagdade, 1970) . The possibility that the raised plasma insulin levels could, in part, have been due to excessive secretion of biologically less active but immunologically similar pro-insulin (Lazarus, Penhos, Tanese, Michaels, Gutman, and Recant, 1970 ) cannot be discounted.
The fairly rapid progression from chemical to clinical diabetes suggests that patients with FA who have mild abnormalities of glucose tolerance should be regularly reassessed for the early detection of significant deterioration.
In conclusion, findings in this case provide a further example of the unusual disorders of carbohydrate metabolism and insulin secretion that have been described in a number of neurological and muscular diseases (British Medical Journal, 1972 
